Rationale: Facial nerve palsy (FNP) is one of the rare neurologic symptoms of Kawasaki disease (KD), associated with a higher incidence of coronary arteries lesions and may be an indicator of more severe disease.
Introduction
Kawasaki disease (KD) or mucocutaneous lymph node syndrome is a multisystem vasculitic disease. The diagnosis of KD is made on basis of fever at least 5 days duration with at least 4 of 5 principal criteria: changes in extremities, polymorphous exanthem, bilateral conjunctival injection, changes in lips and oral cavity, and cervical lymphadenopathy. [1] Incomplete KD refers to patients who do not fulfill all the clinical criteria. KD is an acute panvasculitis with a striking affinity for the coronary arteries (CA) and it can affect any organ system in the body. Facial nerve palsy (FNP), first reported in 1974 by Murayama, is a recognized but uncommon manifestation of KD. [2] FNP was added as one of the neurologic symptoms of KD in the Japanese diagnostic guidelines published in 1984. [3] FNP has been associated with a higher incidence of CA lesions and may be an indicator of more severe disease. [4] Clinically, FNP usually presents during the convalescent phase of KD, but may develop any time from the second day of fever until >1 month after the initial KD presentation. [5] FNP is usually transient, lasting from 2 days to 3 months, with spontaneous and complete recovery, except in 2 patients who died of cardiac complications. [6] Treatment with intravenous immunoglobulin (IVIG) seems to shorten the time to full recovery. [7] 
Case report
We reported the case of a 3-month-old male infant admitted to our clinic with persistent fever, irritability, and facial asymmetry. The onset of the disease, including fever, rhinorrhea, and cough, was 7 days before the admission. Therefore, he was admitted to a community hospital where he benefited from antibiotics and antipyretics, but there was no improvement. On day 8 of illness, he presented with a reduced mobility of the left side of the face, in addition to an inability to close the left eye and epiphora. His personal history revealed an 8-day episode of persistent fever, conjunctival injection, and confluent, erythematous, papular rashes over the face, upper arms and legs, and trunk, which had spontaneously resolved 6 days earlier. As a result, he was thought to have hand-mouth-foot disease and was transferred to our clinic with suspected KD.
On examination, he was noted to be irritable and to have a temperature of 39.5°C. The physical examination revealed right painless cervical lymphadenopathy, right-sided deviation of the labial commissure, obliteration of the left nasolabial fold, and incomplete closure of the left eye, suggesting a left-sided infranuclear FNP. A detailed neurologic assessment did not reveal any more defects. The remainder of the physical examination was unremarkable.
Laboratory findings revealed anemia (7.4 g/dl), leukocytosis (28,300/mm 3 ), thrombocytosis (980,000/mm 3 ), increased Creactive protein level (109 mg/dl), and erythrocyte sedimentation rate (95 mm/h). An echocardiogram was performed showing normal left ventricular function, mild pericardial effusion, mitral regurgitation, and left coronary artery dilatation (3.06 mm in diameter) (Z-score 4.98) ( Fig. 1 ). Electrocardiogram demonstrated sinus tachycardia and chest X-ray was normal. The results of cerebral magnetic resonance imaging were normal. Blood, urine, cerebrospinal fluid, and stool cultures were sterile. Throat and fecal cultures were negative for bacterial and viral pathogens. Serologic testing was negative for herpes simplex virus (HSV) types 1 and 2, enterovirus, adenovirus, Mycoplasma pneumoniae, Epstein-Barr virus, cytomegalovirus, and influenza A and B.
Based on the patient's medical history, the physical and laboratory findings were compatible with incomplete KD. He received IVIG (2 g/kg/16 hours) and aspirin (50 mg/kg/day) were started on the 8th day of illness. Fever and FNP resolved within 48 hours after IVIG treatment. An echocardiogram performed on day 4 of admission revealed similar coronary findings.
The patient was discharged on treatment with aspirin (5 mg/kg/ day) and close cardiac follow-up. His inflammatory markers all improved to normal or near-normal levels before discharge; all infectious studies returned negative. His left facial weakness was unappreciable at day of discharge (14 days after onset). At follow-up 6 months after discharge, he remained asymptomatic and the repeated echocardiogram showed obvious improvement with normal left coronary arteries. Pericardial effusion and mitral regurgitation had disappeared.
Discussion
The age of reported patients with KD and FNP ranges from 3 to 25 months, but the majority were younger than 20 months. The average time of onset of palsy is the 16th day of illness. Median time to resolution is 18 days. There is a 1.4:1 female predominance (in contrast to the 1.5:1 male predominance for KD in general). [8] All FNPs described to date have been unilateral, and were left sided in 2 thirds of the cases. [6] Our patient, a male infant, also had left-side FNP.
The neurological complications of KD have been well described but they are quite rare with only 41 cases of FNP reported in the previous literature. FNP is considered to be a part of the spectrum of immune activation consequences in KD. [9] It is likely that both ischemic vasculitis of the arteries supplying the facial nerve and immunologic mechanisms contribute to the facial nerve dysfunction. Most of FNP cases were defined before the introduction of the use of IVIG therapy in KD. Although FNP resolves spontaneously within 1 week to 3 months, IVIG therapy seems to shorten the time to full recovery. However, it is reported that FNP in KD patients may be associated with more severe clinical progresses and higher incidence of coronary aneurysms, which may reflect late KD diagnosis, more severe inflammation and vasculitis. [1] Notably, there is only coronary artery dilatation without coronary artery aneurysm in our case even though FNP was present, and it may be because of the timely identification and treatment.
The early diagnosis of KD is hindered by the important similitudes between its clinical appearance and that of other infectious diseases. Therefore, in these cases, echocardiography can be helpful. A normal echocardiography within the first 7 days of fever cannot rule out KD, but positive findings can confirm the diagnosis. [10] Incomplete KD usually appears in young infants, and it must never be mistaken as a mild form of KD. [11] Our case presented with an incomplete form of KD, because, in addition to fever, he had only 3 clinical features: polymorphous rash, bilateral nonexudative conjunctival injection, and right painless cervical lymphadenopathy. Also, similar to the data mentioned above, he was a young infant. Despite this incomplete presentation, the diagnosis in our case was not delayed more than 10 days, and the treatment was initiated 8 days after the onset with both IVIG and aspirin due to the positive echocardiographic findings.
Conclusion
FNP associated with KD is an uncommon finding but may indicate an increased risk of coronary artery involvement. KD should always be kept in mind in the differential diagnosis of a child who presents with prolonged unexplained fever, even with incomplete diagnostic features, as well as the need to be aware of unusual manifestations such as FNP.
